Erdheim-Chester disease (ECD) is a rare non-Langerhans form of cell histiocytosis characterized by xanthogranulomatous infiltrates of long bones and potentially every organs. It has been found by MRI and CT studies that cardiac involvement occurs more often than expected, in different forms, and that cardiovascular manifestations are underdiagnosed.
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A 43-year-old man with known ECD, asymptomatic, was screened for cardiac involvement by transthoracic echocardiography. The study showed an echo-free round mass at pericardial level, beside the postero-lateral wall of the right atrium (Panel A, asterisk). There were no signs of haemodynamic consequences. MRI study (Panel B) showed a pericardial thickening (pseudomass) at the same level (arrowheads) and an infiltration of the right atrio-ventricular sulcus (asterisk) which extends contiguously to the right coronary artery (arrow). Both lesions are best depicted with steady-state free precession (SSFP) cine-MR axial images (Panel C). Tissue characterization of the cardiac lesions showed hyperintensity in the medial part (arrow) of the pericardial pseudomass (Panel D). The same image (T1-weighted) after gadolinium injection showed partial contrast enhancement of the pericardial pseudomass, corresponding to inflammatory components that reveal active disease (Panel E, arrow). The atrio-ventricular sulcus infiltration was made of fibrous tissue, with low signal in both sequences.
This case shows an example of the potential appearance of cardiac involvement in ECD on echocardiographic images. Cardiac MRI is a valuable complement of echocardiography that provides tissue characterization and can visualize paracardiac structures that may be useful even in patients with a negative echocardiogram if cardiac involvement is suspected. 
